Results: 26 congenital and 114 childhood AVB were included. Symptoms lead to diagnosis in 15,6% whereas AVB was asymptomatic in 84,4%. 73% AVB were complete and 26,2% AVB were incomplete at first presentation. 21 of these incomplete blocks (56,7%) progressed to permanent complete AVB. Narrow QRS complexes were found in 69,2% congenital and 91,2% childhood AVB. In the 112 (79,4%) implanted children, mean duration between AVB diagnosis and pacemaker implantation was 35 months. Pacemaker primo-implantation occurred during the first year of life for 18 children and 90 children (63.8%) were paced before 10 years old. Pacing was required for symptomatic bradycardia in 37,5% whereas prophylactic cardiac pacing accounted for 61,6%. The median follow-up was 96 months (from 6 to 384 months). 85,1% experienced no complication and neither dilated cardiomyopathy nor death had occurred at last follow-up. Pacemaker-related complications appeared in 11,6%.
Background: Pulmonary arterial hypertension (PAH) is a rare but devastating complication of bone marrow transplantation (BMT). It has been reported after BMT for malignant disease or immune deficiencies. Methods : Over a period of 10 years, all children with PAH after BMT were reviewed for underlying disease, pre-BMT conditioning, associated hepatic veno-occlusive disease, characteristics of PAH, management of PAH and outcome.
Results: 14 patients were diagnosed to have PAH after BMT (mean age 8.5 months, mean age at BMT 5.7 months). The underlying disease was an immune deficiency in 11 cases and a malignant disease in 3 cases. Eleven patients received chemoprophylaxis before BMT and conditioning was the same in all cases. Seven patients had a hepatic veno-occlusive disease before the onset of PAH. PAH appeared 40 days after BMT (4-96 days). The presenting symptom was dyspnea in 13 cases and syncope in 1 case. Extensive microbiological investigations were negative in all patients. PAH was diagnosed on echocardiography in all cases and confirmed by right heart catheterization in 7 cases. All patients had normal wedge pressure. Acute vasodilation testing with NO˚ was positive in 4/14. Histology was performed in 1/14 patient and showed arteriolar lesions. Six/14 patients needed mechanical ventilation, 12/14 received specific therapies for PAH. Five patients died. PAH resolved in the remaining 9 patients after a follow-up of 3 months. All the survivors had a favourable haematological issue.
Conclusion: PAH after BMT is a rare complication that occurs mainly in infants less than 2 years of age. It is inconstantly preceded by hepatic venoocclusive disease. Mortality is high but reversibility is constant in survivors suggesting that an aggressive treatment should be early proposed.
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Usefullness of three-dimensional echocardiography for the diagnosis of bicuspid aortic valve : a pediatric study
Pierre-Emmanuel Seguela, Brice Arnaudis, Romain Amadieu, Yves Dulac, Philippe Acar Hôpital des Enfants -CHU de Toulouse, Cardiologie Pédiatrique, Toulouse, France Background: The bicuspid aortic valve (BAV) is the most common congenital heart defect. Children with BAV are more likely to have valve dysfunction and to require intervention during childhood. According to the subtype of BAV, the prognosis and the treatment may be different.
Objective:
The aim of this study was to assess the accuracy of 3D echocardiography (3DE) in order to diagnose BAV and to depict accurately the leaflets morphology.
Methods: 40 consecutive children with suspicion of BAV were included in a prospective monocentric study. 2DE and 3DE views were recorded by the same investigator. Images were reviewed separately by two confirmed pediatric cardiologists in order to assess BAV. Then, we compared 2DE and 3DE for the description of the spatial position of cusps and raphes. The association with aortic aneurysms, aortic valve insufficiency or stenosis and other cardiac malformation were also reported.
Results:
The median age was 4.8 years (± 7.3). For 19 patients (47%), 3DE allows a better visualization of the leaflets morphology leading to a reclassification of the BAV. Raphes are better distinguished by 3D live (sensitivity = 100% [CI95%, 88-100], specificity = 100% [CI95%, 67-100]) or biplane echocardiography (sensitivity = 96% [CI95%, 80-99], specificity = 63% [CI95%, 35-85]) than 2DE (sensitivity = 86% [CI95%, 62-96], specificity = 28% [14-50]). Interobserver variability is almost null.
Conclusion: 3D live and biplane echocardiography is a simple, rapid and reliable method for the diagnosis and the accurate description of BAV in children. This technique may be particularly helpful in order to precise the prognosis or to guide the surgeon.
Keywords: Bicuspid aortic valve, Three-dimensional echocardiography.
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Twenty-year electrocardiographic follow-up after repair of tetralogy of Fallot Martial Massin (1), Sophie-Guiti Malekzadeh-Milani (1), Sébastien Knecht (2), Hélène Demanet (1), Pierre Wauthy (1), Hugues Dessy (1), Thierry Verbeet (2) (1) H.U.D.E.R.F., Cardiologie Pédiatrique, Bruxelles, Belgique -(2) CHU Brugmann, Cardiologie, Bruxelles, Belgique Purpose: Late after total correction, Fallot patients with a long QRS duration are prone to serious arrhythmias and cardiac death. However, knowledge about long-term electrocardiographic changes after Fallot repair is limited.
Methods: Measurements were performed on ECGs recorded preoperatively, postoperatively and during annual follow-up of 35 Fallot patients included in 3 groups: G1 if they received no patch (n=7), G2 if they received a transannular patch (n=13) and G3 if they received a pulmonary homograft (n=15).
Bicuspid aortic valve assessed by 3DE
